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( 1) Keratosis Follicularis Squamosa 
Symptoms 
This disease begins with firm millet-sized black eruptions in the mouth of the hair 
follicle， around which appears a round leaf-shaped scale centering on the eruption. The 
scales， which are not elevated above the skin level， range in diameter from several 
millimeters to two centimeters， and are dirty brown in color and slightly shiny， with smal1 
fissures on the surface: While the fioor of a scale adheres to the skin， its edge is detached 
and a new ，but the black spot in the center still exists妊， The old scale falls 0from it. 
scale appears in a few days. The eruptions are solitary and scattered in most cases， but 
develop in groups and coalesce in some cases. The disease more commonly affects young 
males. No subjective symptoms are present. 
Site of Lesions 
The lesions occur symmetrical1 y in the abdomen， loins， buttocks and on the outer surface 
of the thighs. They may involve the inner side of the thighs， the lateral side of the 
chest and the upper thighs. 
Course of the Disease 
The disease progresses slowly， lasting for several years with some vicissitudes. The 
eruptions may become surrounded by a white halo. Shedding of the scales may be fol1 owed 
by temporary depigmentation. 
Pathology 
This disease was discovered and named by Keizo Dohi in 1903. It has not been 
reported in Europe and America. More than one hundred cases have been reported in 
Japan. The cause is unknown. Histological1 y， there ar~ hyperkeratosis around the mouth 
of the hair follic1 e and a slight degree of perifol1 icular infiltration of cells. The condition 
may improve after an adequate treatment but tends to relapse. 
Diagnosis 
Diagnosis of the disease is based on the following: black spot in the center of an 
eruption， which is covered with a nai1 -sized round scale， peculiar site of the lesions， 
absence of infiammatory changes and subjective symptoms， a tendency to occur in men in 
youth， and a chronic course of the disease. 
Di旺 erentialDiagnosis 
The condition must be differentiated from the following diseases: 
Pityriasis Versicolor. There is no black spot in the scaling patch. It is related to 
perspiration. The etiological fungus is easi1 y found. 
Pityriasis Circinata. Patches are large in size and completely circular in shape， with no 
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black center spot. 
Darier's Disease. The lesions are flat or conical papules which show papillary prolifera-
tion. The reinoval of the crust leaves the oozing surface. 
Ic hthyosis Nitida. Scaling is not localized， and there is no center black spot. The 
lesions develop in childhood， and involve the trunk and the dorsal surface of the ex-
tremities. 
Treatment 
vVash the lesions with potash soap， and apply 5% acidi salicylici petrolalum ointment， 
Pick's liniment， tar ointment， chrysarobin ointment or 5% resorcin alcohol. Injection or 
oral administration of arsenic and vitamin A may be tried. 
( 2) Keratodermia Tylodes Palmaris Progressiva 
Symptoms 
The initial lesions are found on the palmar surface of the tips of thumb， index finger 
t 
and the middle finger on the right hand， a year or two after the onset of menstruation. 
The palm gradual1 y becomes involved. At first the skin is dry and rough with smal1 
白 ssures. '¥Vhen the condition progresses， exfoliation takes place. Then the skin becomes 
reddened， tense and shiny. The furrows disappear， and deep fissures are frequent1 y 
formed， causing severe pains on bending the fingers. When hyperkeratosis develops， the 
fingers involved become crooked. 
The disease progresses slowly. Though the ring and smal1 fingers become involved， the 
lesions may ramain unilateral， or the dorsal surface of the fin. ger tips may become 
slightly erythematous and exfoliated. However， dorsal surface of the hand and the forearm 
never become involved. 
The disease， first reported by Dohi and Miyake， almost always occurs in women in 
puberty. The cause is believed to be the disturbances of female genital glands. 
Diagnosis 
This condition is characterized by redness of the skin， attended by keratinization， 
desquamation， and fissure formation. The initial lesions appear on the palmar surface of 
the finger tips on the right hand. The lesions never become oozy. The disorder always 
affects women about twenty years of age. 
Differential Diagnosis 
This disorder should be distinguished from eczema tyloticum， in which the site of initial 
lesions varies from case to case， and the dorsal surface of the hand is often involved. 
It a妊 ectsboth males and females at all ages. The patient itches. 
Treatment 
The patient must abstain from cooking and washing. Acide salicylici absorptions oint.， 
mitigal and estimon ointments may be applied. Injections of estrogen preparation， 
hypophysial preparation， are used but no su缶 cient effects， adrenocortical preparation， 
vitamin A and vitamin B may have some effects. 
(3) Dyschromatosis Symmetrica Hereditaria 
This disorer， which develops in infancy， ischaracterized by pigmentation coexisting with 
hyperpigmentation. The lesions are pinhead-sized or pea-sized and occur symmetrically 
at the end of the extremities They are localized to the dorsal surface of hands and feet 
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in m i1d cases， but in severe cases the whole extremities and in some cases the trunk and 
face become involved. There are inherited tendencies to develop this disorder. 
This disorder is called also acropigmentatio symmetrica and leucopathia punctata et 
reticularis symmetrica. 
( 4) Phacomatosis Pigmentovascularis Ota 
This is a disease of the skin reported by Ota， Kawamura and It o in 1947. Angiomatous 
lesions and the自 ecksof nevus pigmentosus are seen scattered widely in various parts of 
the body. 
Clinical Symptoms 
1. Adamson-Best type. This type was first reported by Adamson in 1910， and MacKee 
and Wire in 1926. It combines nevus pigmentosus with angioma. 
2. Takano-Kruger-Dohi type. Kruger reported in 1922 a case of this skin disease which 
had pigment spots of light blue color and red fl. ecks with telangiectasis. In 1927 Shoji 
Dohi reported a simi1 ar case. However， Takano had made a report in 1921， and had the 
described case in detail. So this type should be referred to as Takano type. 
Main clinical symptoms consist of blue nevus resembling Mongolian pigment spot and 
lesions of angioma simplex， occurring in various parts of the body， either singly or com圃 
bined. They may occur unilaterally or along the distribution of peripheral. nerves. The 
spots are dark in the center and light along the edge iri tone. The mucous membrane of 
the ear， nose and the oral cavity may be involved. Klippel-Weber & Sturge Weber disease 
may also occur simultaneously. 
Histological Observations 
Examination of the specimen of the skin with angioma and nevus revealed the presence 
of blue nevus cells and telangiectasis. In most cases the normal structure of the cutis 
was intact in spite of the presence of the nevus cells. 
It . seems that phacomatosis pigmentovascularis Ota is a combination of angioma 
simplex， Mongolian spots， blue nevus and nevus fuscocaeruleus ophthalmomaxi1 aris Ota. 
( 5) Pityriasis Circinata 
Symptoms 
This disease begins with light or dark brown patches， almost always completely circular 
and sometimes oval in shape， and ranging in diameter from 4 m il1imeters to 10 centimeters. 
The patches， which range from a few to scores in number， coalesce and form a large 
patch of irregular shape. They are wel1 -defined and accompanied by thin scales， which 
fal1 0妊 onscratching. The skin is free from redness or other infl. ammatory changes. No 
subjective symptoms are present. 
Site of Lesions 
The loins and abdomen are most commonly involved. The chest， back， buttocks， and 
the dorsal surface of upper arms and upper thighs may also be involved. The lesions are 
never found in the neck， face， hands and feet. 
Course of the Disease 
The disease progresses slowly， and symptoms may sometimes disappear spontaneously. 
Tuberculous patients and other emaciated persons are ofteri affected. The symptoms may 
be al1 eviated by treatment， but tends to recur. 
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Pathology 
This disorder was first described by Toyama 1905， and termed independently pityriasis 
rotunda by Matsuura in same year; and it was differentiated from pityriasis versicolor by 
them. It is seen only among Japanese， and has not been reported in England and 
America. Though the cause is not definitely known， itis believed to be a dermal disorder 
due to fungus infection. 
Diagnosis 
Well-defined， circular， brown patches， which are coin-sized or palm-sized and which are 
accompanied by branny scaling， may give the diagnosis. The peculiar site of the lesions， 
the lack of subjective symptoms， and chronic course of the disease may also help in the' 
diagnosis. 
Differential Diagnosis 
This disorder should be distinguished from the following diseases: 
Pityriasis' Versicolor. This disorder is related to perspiration. The patches are small 
in size， and the etiological fungus could easily be found. 
Keratosis Follicularis. The patch has a small black spot in the center. The scale， 
which is the size of a nail， isfixed to the skin. The lower abdomen and loins are more 
commonly involved. 
Erythrasma. The red patches develop on the inner side of the thighs and scrotum. 
The etiological fungus could be demonstrated in the scale. 
Ic hthyosis Nitida. This disease develops in infancy， and the whole body surface， except 
for the ventral surface of the limbs， isinvolved. Scaling is not circumscribed. 
Treatmentment 
Application of 10% acidi salicylici alcohol and rubbing with Wilson's ointment has 
effects. Application of tar ointment， mitigal ointment and vitamin A， as well as ultraviolet 
irradiation， may be tried. 
(6) Naevus fuscocaeruleus ophthalmomaxillaris Ota 
Ota first reported the case of this condition in August， 1939 and Ota and Tanino made 
the second report in 1940. Atypical form of this disease was reported by Sakurane and 
Yoshida， which they termed nevus fuscocaeruleus mandibulocervicalis. This is a form in 
which fl. ecks occur mainly on the mandible， maxilla， lateral side of the cervical area. It o 
reported a case in which fl. ecks occurred in the suprascapular and deltoid regions， and he 
called it nevus fuscocaeruleus acromiodeltoideus. In 1950 Kawasakiya reported ， a case of 
this condition which had pigment nevus in the scap:u lae， arms， buttocks and femora. 
Clinical Symptoms 
Pigment spots， ranging in color from light blue to bluish brown， are . scattered unsym-
metrically on the face， especially on the eyelid， orbital region， maxillary region and 
cornea. They are distributed in the regions innervated by the opthalmic nerves and 
maxil1 ary nerves (trigeminus). 
This diseases is divided into the follwing groups according -to the colour and location 
of the pigment spots， 
1. cases of slight degree 
a. orbital form 
b. maxillary form 
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2. cases of medium degree 
3. cases of high degree 
4. cases of bilateral distribution 
The spots in the orbital and maxillary regions are darkest in tone; the fatther they 
are located from these regions，the lighter they become in tone. 
As for the eye，abnormal pigmentary deposits were seen in the sc1era，fundus and con-
junctiva in about two thirds of the cases. The papi1ae of the optic nerve have turned 
black in color in some cases. Melanosis of the eyeballs is not speci:fic to this disease，but 
is seen in Mongolian spots，angioma sjmplex and nevus pigmentosus as well. 
Histological Observations 
There are pigmentary granules in the upper and middle layers of the cutis and around 
the sweat and sebaceous glands. The cells in the upper layer are of spindle shape，and 
the cells in the under1ying layers of slender string shape. This observation is identical 
with the :finding made in blue nevus. There is a perivascular in:filtration of the round 
cells. Pigmentary deposits in the epidermis are increased. 
What distinguishes this disease from blue nevus，is that the pigment cells are distributed 
less densely among the connective tissue fibers of the cutis，without disorganizing its 
structure. As it resembles eptithelial nevus in histological picture，it may be c1assi:fied‘ 
as atypical blue nevus，type two. 
The melanoblasts are c10sely related to the nerve. The cause of this condition is 
supposed to be an abnormality involving the melanoblasts which arise from the neural 
crest. The flecks spread over the skin and eye --the two tissues which seem to have no 
relation with each other. The fact that the skin and the eyes are innervated by the 
peripheral nerves originating in the trigeminus，would give a clue to the etiology of this 
diease. 
Ifthis condition is to be referred to as phacomatosis at all，it should be called ocular 
and dermal melanocytosis as Fitzpatrick，Zeller，Kukita and Kitamura. …( a
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